Dr F F Hellier: This patient showed one very characteristic sign: the purpura cleared up when she was confined to bed but relapsed when she got up and about again. Dr M Feiwel: Could Dr Keir enlarge on the speckling antinuclear factor? In a similar patient with purpura hyperglobulinemia shown at a provincial meeting some years ago speckled nuclear fluorescence was also obtained. At that time this was described as characterizing systemic lupus erythematosus. (Feiwel, 1962, Trans. St Jo/rn's Hosp. derm. Soc. 48, 162.) Dr Keir: There are a number of antibodies directed against different nuclear constitutents. The LE cell factor usually produces a diffuse nuclear staining in the immunofluorescent test. Antibodies reacting with some of the soluble nuclear proteins give rise to a 'speckled' fluorescent pattern.
Dr F F Hellier: Usually patients with lupus erythematosus show the so-called homogeneous type of antinuclear factor with the fluorescent antibody technique. However, my colleage, Dr N R Rowell (Rowell, Beck & Anderson, 1963, Arch. Derm. 88, 176) described 4 patients with LE who showed the speckled type of antinuclear factor and each of them showed a characteristic and distinctive clinical picture. This consisted of erythema-multiforme-like lesions, some actually bullous, in association with typical LE lesions. He felt these patients presented a new syndrome.
Dr R D Sweet: This condition can present with a painful, cyanotic swelling of the legs and ankles, worse in hot weather. In such a case recently there was a raised plasma viscosity; prednisolone helped symptomatically with a consequent reduction of the hypergammaglobulinmemia but did not lessen the purpura. Dr W B Reed: There are patients without any systemic disorder, but there are patients in whom the hypergammaglobulinwmia is secondary to some other disorder, i.e. liver disease, lupus erythematosus, Sj6gren's syndrome, rheumatoid arthritis or sarcoidosis. This patient must be given a thorough medical examination. I have a patient with pronounced purpura with acute intermittent porphyria, and probable liver disorder. Postscript (6.7.67): Dr J R Hobbs has investigated the immunoglobulins. He found a broad 'polyclonal' increase mainly in yG globulin; yM was slightly increased: Mr K A, aged 30, Indian. Teacher History: A small dark area appeared on the left shin when this patient was 10. Other areas gradually appeared on the limbs and trunk, with notable asymmetry, mainly on the left side. Since adolescence the areas have become hairless and the tissues beneath have become noticeably thinned. The left leg has been more easily tired than the right and feels weaker in the thigh. For ten years the hair on the left side of the scalp has become depigmented. Family history: There is no similar complaint in the family, which includes 7 siblings and 3 sons. Past illnesses: He had typhoid fever twice as a child. For some years he has suffered from episodes of mild depression. Clinical findings: There are well delineated, dusky hairless areas over the limbs and trunk, most marked on the left side. The skin and underlying tissues appear wasted and the subcutaneous veins are clearly visible. There is no sclerosis or binding down of the skin. In some of the affected areas, notably of the left thigh, there is appreciable loss of muscle. A large patch of scalp hair on the left side is depigmented, but is now dyed. There is some slight loss of muscular power demonstrable in the left quadriceps and calf muscles. Other clinical findings are unremarkable. Investigations: Hemoglobin, white cell count, ESR, WR, serum proteins and electrophoretic strip, blood urea, serum electrolytes, serum calcium and phosphate, serum transaminases, serum phosphocreatine kinase, liver function tests, serum cholesterol and serum fasting sugar were all normal. Urine normal; 24-hour urinary excretion of calcium normal. Creatine excretion 11 lmg/24 hours (slightly raised); creatinine excretion 580 mg/24 hours (normal 1-2 g).
Radiographs of the chest, skull, dorsal and lumbar spine, pelvis, humeri, both femora and of the bones of the left leg were normal. ECG and EEG normal.
Electromyography: Concentric needle electrodes were inserted into the left rectus femoris and left vastus lateralis. The findings were normal. On sampling the medial head of the left gastrocnemius, the majority of motor units were normal, but several units contained very brief components. The findings were not sufficiently clear to diagnose myopathy. Lumbar puncture normal.
Skin biopsy showed an area of chronic inflammatory cell infiltration in the lower dermis, related to a thickened blood vessel. Left quadriceps biopsy (Fig 1) showed occasional groups of abnormal fibres. These appeared to be diminished greatly in transverse diameter and to have their striated cytoplasm replaced by fioccular, nonstriated, degenerated cytoplasm and by groups of active looking nuclei. The process appeared to be one of degeneration and absorption of a few muscle fibres, situated at the periphery of muscle bundles. In one place, where the collagenous supporting tissues were abundant, there were small round cells adjacent to the small blood vessels.
Comment This case appears to fall into the group of panatrophy, exemplified by Gowers' case (Gowers 1903) . The relationship with deep scleroderma does not seem established. There has been no evidence of preceding sclerosis and the skin biopsy does not demonstrate the features of scleroderma. Comparable muscle degeneration has been reported previously in Gower's panatrophy (Bettley 1950).
Dr Bettley: I think these cases should be differentiated from those forms of scieroderma which are accompanied by atrophy of underlying muscle, since in panatrophy there is never at any stage any sclerosis or thickening of tissues.
The present patient has extremely little subcutaneous tissue even on the normal areas. In other patients with this disorder, in whom the subcutaneous tissue has been thicker, I have received the impression that there may be an early stage in which subcutaneous tissue is lost while the overlying skin and the underlying muscle appear still to be normal. This suggests that the process may begin in the subcutaneous tissue as a primary atrophy and later as the condition develops extend outwards to the skin and inwards to the muscle. Dr M Garretts: Pasini (1923, G. ital. Derm. Sif. 58, 785) described a case of progressive idiopathic atrophoderma. Canizares, Sacks, Jaimovich and Torres (1958, Arch. Derm. 77, 42) reviewed the literature of similar cases under the title 'Idiopathic Atrophoderma of Pasini and Pierini'. Over 50 cases have been collected. The features are demarcated areas of atrophy without a sclerotic phase. Pigmentation is often a feature. I think this patient may well have this disease.
The President: What is the end result in these cases?
Dr Keir: In the twenty-nine years which elapsed between the original examination of Gowers' case in 1902 (Gowers 1903 ) and the subsequent re-examination by Barnes in 1931 (Barnes, 1939 there had been no advance in the disease process. The patient had remained remarkably healthy and had reached the age of 78.
The following cases were also shown:
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